Whereas facio-scapulo-peroneal myopathy is relatively common, especially as a form of the autosomal dominant facio-scapulo-humeral muscular dystrophy (Landouzy-Dejerine type), neurogenic forms are much less frequent. Among them both neuropathies and motor neuron diseases are reported3""'4 and these are usually classified as scapulo-peroneal syndrome: facial involvement is only occasionally reported.67 The so-called "rigid spine syndrome," first described by Dubowitz,'5 is a rare pathological condition characterised by limitation in flexion of the spine and myopathic changes in skeletal muscle. Most reported cases are sporadic, but autosomal dominant familial cases have also been described associated with scapuloperoneal myopathy and severe cardiac involvement. 6 17 Three familial cases of associated neurogenic facio-scapulo-peroneal and rigid spine syndromes, with autosomal recessive inheritance are described.
There was hyperlordosis and marked limitation of flexion of the thoracolumbar spine ( fig  2a) . Weakness of the orbicularis oculi, orbicularis oris and buccinator muscles was evident. She was unable to screw up her eyes or whistle. There was mild hypotrophy of the shoulder girdle with slight proximal weakness and winging of the scapulae. The sternocleidomastoid muscle was not involved. The lower girdle was not affected; there was neither a waddling gait nor Gowers' sign. Atrophy of the legs was present. There-was slight weakness of the gastrocnemius and severe impairment of the peroneal and tibialis anterior with stepping gait: dorsiflexion of the feet was impossible. Reflexes were absent in the upper limbs and weak in the lower limbs. All forms of sensation were normal. Accepted 23 May 1990 Case report The cases belong to a family with two firstcousin marriages (fig 1) .
This was a female born after a normal pregnancy and delivery. Normal psychomotor development was referred. The patient was unable to touch her toes bending forward. At the age of two years the patient was noted to be walking on tiptoes and she had bilateral tenotomy. She was first referred to us at the age of 12 years.
Clinical examination showed a thin girl with a block of the elbows in semiflexion. Neurological examination showec spine, limitation of the extension elbows with flexion contractures (f slight weakness of the orbicularis orbicularis oris and buccinator n there was slight weakness and wastini shoulder girdle with winging of the sc In the lower extremities proximal i were spared, whereas distal muscles wasting and weakness: dorsiflexion of was impaired. Reflexes were absent upper limbs and weak in the lower Sensation was normal.
Serum CK was 259 U/1, ECG and e diography were normal. EMG of the i trapezius, sovraspinatus, infraspinatus, anterior and peroneal muscles shc neurogenic pattern with increased amr and duration of motor unit potenti; i rigid of the ig 2b), oculi, nuscles; g of the :apulae. decreased recruitment. Spontaneous activity was absent. Conduction velocities of the median, ulnar, common peroneal and sural nerves were normal.
The patient was re-examined six years later and showed no progression of the disease. Our patients differ from the familial cases for pattern of inheritance, presence of neurogenic alterations, and absence of cardiac involvement. They also differ from the sporadic cases reported: fibre type disproportion, congenital muscular dystrophy, vacuolar myopathy and core disease are excluded by muscle biopsy; Emery-Dreifuss muscular dystrophy is ruled out also by the pattern of inheritance and the absence of cardiomyopathy. In our patients the early onset, the benign course of the disease, and the presence of skeletal abnormalities might suggest an unclassified congenital myopathy; however, EMG findings and muscle biopsy did not support this hypothesis. The autosomal recessive inheritance, the EMG and histological findings of neurogenic atrophy, the involvement of facial muscles and the presence of rigid spine suggest an unusual variant of both scapulo-peroneal and rigid spine syndrome, confirming the broad spectrum of these clinical entities.
